Huntington'S chorea is defined as an hereditary disorder characterized pa~hologically by degeneration of the ganglion cells of the forebrain and corpus striatum, and clinically by choreiform movements and progressive dementia, which usually begins during early middle life.
The disorder is progressive and terminates fatally usually in 10-15 years. In the 17th century sufferers from Huntington's chorea in America were burnt as witches. The disease can progress through as many as ten generations. It is, however, surprising that there are such few reports of cases subjected to anaesthesia. In 1977 Farina and Rauscher indicated that a search of the literature had revealed only two reports of anaesthesia for patients with Huntington's disease.
The first report indicated that such patients might be unduly sensitive to barbiturates (Davies 1966) . The second report suggested that there might be abnormal pseudocholinesterase activity resulting in prolonged apnoea after the administration of suxamethonium (Gualandi and Bonfanti 1968) . The following report describes the anaesthetic approach to such a case.
CASE REPORT
A 71 year old female was admitted for multiple dental extractions. Stumps of remaining teeth were lacerating the gums and the patient was having considerable difficulty in swallowing. lithium. Her weight was 40 kg. There were no gross abnormalities in the chest x-rays, E.C.G. and serum biochemical studies. Premedication consisted of oral diazepam 2.5 mg. Anaesthesia was induced by an inhalational method consisting of nitrous oxide, oxygen and halothane. Characteristically the choreiform movements disappeared as the patient became anaes~hetized. Blind nasal intubation was performed using an 8 mm uncuffed nasotracheal tube and the pharynx was subsequently packed. Anaesthesia was maintained with nitrous oxide, oxygen and halothane 1.5 % and ten teeth were removed. Reflexes returned reasonably quickly and there were no postoperative problems.
DISCUSSION
In 1842 the arrival in Tasmania of a Somerset woman with a husband and eight children began the saga of Huntington's disease in this state. In earlier years Tasmania was recorded as having the highest incidence (7 per 100,000) of Huntington's disease in the world. Chiu and Teltscher (1978) estimated there should be approximately 80 current cases but only 30 were known and they advocated the setting up of a national register for the disease.
It is clear that some patients suffering from Huntington's chorea have been anaesthetized without incident. Foster (personal communication) indicates ~hat a series of patients in his practice in the late fifties and early sixties were anaesthetized for a variety of surgical procedures, apparently without incident. Davies (1966) suggested that patients with Huntington's chorea might be abnormally sensitive to barbiturates. He describes one patient who was anaesthetized on three occasions within 25 days. The first anaesthetic consisted of premedication with papaveretum and hyoscine, induction with thiopentone and maintenance with nitrous oxide and trichloroethylene with gallamine for myoneural blockade. The return of spontaneous respiration was greatly retarded and the period immediately after operation was complicated by episodes of generalised tonic spasms and deep cyanosis. The second anaesthetic was similar to the first but gallamine was not given. Similar post-operative respiratory depression, tonic spasms and episodes of cyanosis were encountered. The third anaesthetic was very brief and consisted of premedication with papaveretum and hyoscine, induction and maintenance with nitrous oxide and diethyl ether. Recovery from anaesthesia was normal on this occasion. Gualandi and Bonfanti (1968) suggested that patients with Huntington's chorea might be unduly sensitive to depolarizing muscle relaxants. One of their patients had an uneventful anaesthetic in which relaxants were omitted. The patient had a further anaesthetic later in the week but on this occasion suxamethonium was added. Following this the patient was apnoeic for two hours. There was no suggestion of any familial incidence of abnormal pseudocholinesterase in this patient's relatives.
It would thus seem reasonable to assume there is no contra-indication to the use of conventional inhalational agents such as halothane, ether and nitrous oxide. Caution should still be exercised in the use of narcotic agents and the exact place of relaxants is still to be firmly established.
Although recent biochemical studies havc pointed to a decrease of gamma amino butyric acid (GABA) (Bird and Iversol1 1974 ) and there has also been reported a reduction in the activity of glutamic acid decarboxylase, the enzyme mediating GABA synthesis, these findings do not greatly assist in the understanding of untoward events occurring with the use of muscle relaxants. There is no reason to suspect l'he integrity of the blood-brain barrier in this condition and thus agents acting peripherally should not necessarily be withheld on theoretical grounds, and in fact, Farina and Rauscher (1977) used pancuronium without incident. If suxamethonium is to be used it would seem desirable to determine the pseudocholinesterase level of the plasma.
This report is presented with the hope that other anaesthetists might enlarge on the known reports of anaesthesia in patients suffering from Huntington's chorea and determine whether relaxants of either depolarizing or nondepolarizing types can be used "carte blanche".
